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IN THE CLAIMS 

1. (currently amended) A method of treating a disease 
related to a pre-messenger RNA splicing process within a cell 
wherein said disease is Frasier syndrome, f rontotemporal 
dementia related to chromosome 17 (a form of Parkinson's), Leigh 
syndrome (a type of encephalopathy), atypical cystic fibrosis, a 
certain neuropathology related to Tau protein mutation, 
Alzheimer's disease, amyotrophy that influences the SMN 
(survival motor neuron) gene, depression related to disturbances 
in serotonin splicing and AIDS, comprising administering to a 
patient in need thereof a medicine comprising a compound of 
benzo-indole or pyrido-indole derivative corresponding to the 
following formula Ij_ 




Foi -miila I 



or a pharmaceutically acceptable salt, isomer and/or mixture 
thereof, wherein 

X represents N •3-£"-GR4--or N"^R4 anhydro base, 

and ring A, which is in position b corresponds to 
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X- ^eep-£=e3efits Uy e-fi4 s-^i^e Ay whiefe ±e i*^ p-aeiti 




wherein Rl represents 

an atom of hydrogen or halogen or a -C=N-OH or -0-C(=0) (CH3) or - 
C=N group, ora -N-R6R7 group, 

wherein R6 and R7 represent independently of one another 
a hydrogen atom, 

a saturated or unsaturated ring having C6, , optionally 
containing an atom of nitrogen and possibly substituted by one 
or more alkyl groups at CI to C3, or 

a linear, branched and/or unsaturated alkyl group having CI 
to C13 in which one or more atoms of carbon is optionally 
substituted by an atom of nitrogen, said alkyl group being 
optionally substituted by one or more -OH and/or =0 groups 
and/or by a group selected from the following comopunds : 



3 



Application No. : 10/570,849 



Docket No.: REGIM 3.3-085 




to C3 which itself is possibly substituted by an amino group, or 

a -NH-R8 group 

wherein R8 represents an alkyl-N-R9R10 group, 
wherein the alkyl group of said alkyl-N-R9Rl 0 group 
represents a linear or branched group having CI to C13 
optionally unsaturated and/or substituted by one or more 
alkyl groups at CI to C3 and/or hydroxyl groups, and 
R9 and RIO represent independently of one another a 
hydrogen atom or an alkyl group having CI to C4 
optionally substituted by one or more hydroxyl and/or oxo 
groups, 

R2 represents a hydrogen atom, a methyl group or a 
-NH- ( CHz ) 3-N ( CH3 ) 2 group , e-£=--RS ie afe>eefi^iv--wheK sei4--^e-ifi-g--A--i-s--4-5:i 

R3 represents a hydrogen atom, a halogen atom or a methyl, amino 

or methoxymethyl group, or said -NH-R8 group, 

R4 represents a hydrogen atom, a hydroxyl or alkyl group having 
C1-C6 or a methoxy group optionally substituted by a phenyl 
group, 

R5 represents a hydrogen atom or a methyl or methoxymethyl group 
when X represents N or — e^-RS is absent when X represents N'^R4 
anhydro base, 
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Rll and R12 represent independently of one another a hydrogen 
atom or an alkyl group having CI-CSt — 9^=--R4~i — irs — 6*«-efve — w*re?\ — 
^i^ifl-g-"-A""i-3""-i-R""pes4r^-ie-rt""e-f- and 

R13 represents a hydrogen atom or a methyl group. 



2. (cancelled) 

3. (previously presented) The method of claim 1, 
wherein said compound of pyrido-indole derivative is a 
derivative of pyrido-pyrrolo-isoquinoline of said formula I, 
wherein X represents N or N"^R4 anhydro base, and ring A 
represents 




wherein Rl represents a halogen atom, an amino group, said -N- 
R6R7 or said -NH-R8 group, 

R2 represents a hydrogen atom or a methyl group, 
R3 represents a hydrogen atom or said NH-R8 group, 
R4 represents a hydrogen atom or a methyl group, 

R5 represents a hydrogen atom or a methyl group when X 
represents N or R5 is absent when X represents said N'^R4 anhydro 
base, and 

Rll represents a hydrogen atom or a methyl group. 

4. (cancelled) 

5. (currently amended) The method of claim 1, wherein said 
compound is selected from a group consisting of: 
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dimothyl-propano-l, 3-diatninc, 

lO-chloro-2, 6-dimethyl-2H-pyrido [3 ' , 4 ' : 4, 5]pyrrolo [2, 3- 
g] isoquinoline, 

9-hydroxy-5-mcthyl-6 H -pyrido [4, 3-b] oar^»a^-e^r--4,-y^--aee^4^ 



■i — i j"<iitTiethyi.nminc- - propy.!.atri.ino) 5" - meL.nyi- - 6H" - py.i f4rd&-H-r^ 
BH--ee-E^ea«-e^--4--eiT- 

\ \ - ^ - ■■■y ^ pictbiyl f ' h pyrido[4,3 bjcarbazol -^ 

N ' - ( 6 , 11 -dimethyl -5H-pyrido [3 ' , 4 ' : 4 , 5 ] pyrrolo [2, 3-g] isoquinolin- 
10-yl) -N, N-dimethyl-propane-1, 3-diamine, 

^—H-^^l i'- >j'v---3, li—oif ^:^vi™^^^~~p■v'r-.o■o■H7■■3™}=>if■ee■Jffea■^ei™^^^ 

- N N - . ...T^^... ( ^nxy-^-P-i^ 1 -oh -^yrido [4, 3-b] carbazol-l- 

N,N-dimethyl-N' - (6-methyl-5H-pyrido [3 ' , 4 ' : 4, 5] pyrrolo [2,3- 
g] isoquinolin-lO-yl) -propane-1, 3-diamine, 

^ ~ <^i.x Y ~ ± ~ + -o ~ * ^ i>v l—i^h ~ov-£--i<=t6 f 47-5™b^if ea£Se-2e-i---l---- 

vlrefgBriio) -hoxylan-d.no] -2, 5-dimGthyl-5H-pyrldo [ ^ , 3-b] carbazol-2 -iu m 

^ ^4-f H " L 5 kin~~l---v'i f--^jr-a¥>y-±--i — -9— tfiet-heMy—- 5— ■ 

- ^ - -^ - M oo"ol-l-y] ) -aiaino, 

■,...p-,c.^loxv-5-Hothyl-6K-pyrido ['j, 3- 



~ ' ~_ _ I 4->-3— b:i-ea-£-j3-3:-z-e-l- 

N-ethyl-N-[3- (6-methyl-5H-pyrido[3' ,4 ' : 4, 5] pyrrolo [2, 3- 
g] isoquinolin-lO-ylamino) -propyl] -succinamic acid, 

■9— air- 
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2-{ (2-hydroxy-ethyl) - [3- (6-methyl-5H- 

pyrido [ 3 ' , 4 ' , : 4 , 5] pyrrolo [2 , 3-g] isoquinolin-lO-ylamino} propyl] - 
amino-ethanol, 

N,N diethyl N' — ( G methyl 5K pyrid o [ 3 % -r -t-4T-&4f»w^?reTjre-{^^ 
g] iooquinolin-lO-yl) -cthanc-l , 2-dianiinc, 

b] carbazol-l-yl) — N, N-diethyl - -propane-l f S - di a RHrfte?- 

py¥=j"de-j:4y"3--fe>-i"ea-3i'baa-eji---9--ed:y 

— .-V,, ^ , V , , — 4 j hydro-3K-pyrido [ ^ , 3-b] carbaaol, 

N- (6-methyl-5H-pyrido [3 ' , 4 ' : 4, 5] pyrrolo [2, 3-g] isoquinolin-10- 
yl) -propane-1, 3-diamine, 

^. — rS---tyre4!4i-j:^t.3T^^ opyl amino ) — 5, ll-dimethyl-GK-pyrido [ - ^,3 — 


N-3- (5, 6-dimethyl-5H-pyrido [3 ' , 4 ' : 4, 5] pyrrolo [2, 3-g] isoquinolin- 
10-yl) -N, N-l-diethyl-butane-1, 3-diamine, 

j M > j -diothyl-N' — (9-mothoxy-5, 6, ll-trimcthyl-6H-pyrido [ , 3 - 

N- (6, ll-dimethyl-5H-pyrido [3 ' , 4 ' : 4, 5] pyrrolo [2, 3-g] isoquinolin- 
10-yl) -N' -ethyl-propane-1, 3-diamine, 

N ' - (5, 6-dimethyl-5H-pyrido [3 ' 4 ' : 4 , 5] pyrrolo [2 , 3-g] isoquinolin- 
10-yl) -N,N-dimethyl-propane-l, 3-diamine, 

N- (5, 6-dimethyl-5H-pyrido [3 ' 4 ' : 4, 5] pyrrolo [2, 3-g] isoquinolin-10- 
yl) -N ' -ethyl-propane-1, 3-diamine, 

' ■ o-'^ ■ ail ' v--^ • — J -n/i - ithyl - 6H-pyr ido [4,3 - 



i-d [-4-,-3-~btea-£^s-a-2-e>i— 1— y-l-j- 
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W ' - 1 y~noL ^J'•y-J-^-c^, y ~ py r i-ci > [ ^ , 3 -o :>a ^ ^ ' <: - -y-l--) — N->--N— 
diimethyl-ethane-l, 2-diQtnlne, 

i3"[-ea:i::Be-zie:i:— y-±-; — ^£'e^;a-?;e— A-yg— d±-ea»iii:n-ey 

.'■J -POt^p..: ^ . Tctbyl pyr . d'-^[4, 3 b] ca>- . -> o ?'o ■ ] -v^ — fSr™ 

0 .T.c.t-oxy T rp-g.n.^] b-^ pyij,do M , j Li^qjlOl'LoI 1 ylaiT^±^»et- 

j-v™'~~f(e* .yl-~''--H--ovi:^<i >E4, 3— b-}-ea-£-ST>ae-i— -1— 

(3-imidazol-l-yl-propyl) - ( 6-methyl-5H- 

pyrido [3 ' , 4 ' : 4, 5] pyrrolo [2, 3-g] isoquinolin-lO-yl) -amine, 

..^-^ t'w^ 1 - ( ^-n^c t^vl nn.^^o-propyl tx^vsr-o ) ■■■'^r. -oonzo [c] pyrido [ ^ , 3- 

■B-l-l-*K5e-i-— .■i---6-±-y 

4— -€Hret-Hyii:efrBi-R-e---5 — (■■9--5^et-KeMy--b-y-ji-j:— 6a-py-£'±-e^ 
f>4-*H?--j?£>e-se4:: — i — y-l-aff;-A-.-F>e-j — frreeaj»"2-"el"," 

.lr--y4rH-efe ^ .GnG- 1 , 2 -diaml no , 

N-N, diethyl-N ' - ( 6-methyl-5H-pyrido [ 3 ' , 4 ' : 4 , 5 ] pyrrolo [2,3- 
g] isoquinolin-lO-yl) -propane-1, 3-diamine, 
N-1,N-10-Bis- (3-diethylamino-propyl) -3, 6-dimethyl-5H- 
pyrido [3', 4' :4,5]pyrrolo[2,3-g] isoquinolme-l , 10 -diamine. 
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N,N-dimethyl-N' - (10, 11-dimethyl-lOH-pyrido [3 ' 4 ' : 4 , 5] pyrrolo [3, 2- 
g] quinoline) 4-yl-propane-l, 3-diamine, 

N,N-diethyl-N' - (10, 11-dimethyl-lOH-pyrido [3 ' 4 ' : 4, 5] pyrrolo [3, 2- 
] quinoline) -4-yl-propane-l, 3-diamine, 

-fiMi , ^-I'J, il-'-^ fft»r-tiry-.-l'Jt---r v-x^ t +2, [--'iri ^ - 

X' ■ >J ' x-^X =^ - 

^ - X x ... .. . p .-. T-^y.] ] . ,, .. r . d.--[/, 3 b]ou>- . ->37u . 

N,N-diethyl-N' - (11-methyl-lOH-pyrido [ 3 ' , 4 ' :4, 5] pyrrolo [3, 2- 

g] quinoline) -4-yl-propane-l, 3-diamine, 

^ s % + '■ ^>v i-fi''> [ - , 

N,N-dimethyl-N'- (11-methyl-lOH-pyrido [3 ' , 4 ' : 4 , 5] pyrrolo [3, 2- 
g] quinoline) -4-yl-propane-l, 3-diamine, 

f>-H.^»4e-l""-j--"ei."r 

fee^^-ao4<?lpyrido[4, 3-b] indol-^-ol. 
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■e^^-ao4<;lPvrido[4, 3-b] indol-3-ol. 
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hoxanc-l, 6-diamino, 

ylaniino) — propyl] — p r op a n e - 1 , 3 - d i a ro. i n e - 

N- [ 3 - ( 3 -mot ho x y- 1 Q -methyl - 1 IH -bon g o [ g ] ^y^j^le+4T-»H9+4^^»4e^:--^ 

ylamino) propyl] N methyl propane 1,3 diamvi^ 

N [3 (3 ra o thoxy 8 methyl 7H ijonzo [cjpyrido [ 4 , 3 fej-jr-ft^aeHr--44r- 

N- (5, 6-dimethyl-5H-pyrido [3 ' 4 ' : 4, 5] pyrrole [2, 3-g] isoquinolin-10- 
yl) -N ' -ethyl-propane-1, 3-diamine, and 

6-methyl-5H-pyrido [3 ' , 4 ' : 4, 5] pyrrolo [2, 3-g] isoquinolin-lO-yl- 
amine . 

6. (cancelled) 

7. (currently amended) The method as in claim 1 ■e-?e.- — 4-, 
wherein said compound is selected from a group consisting of: 
lQ-chloro-2, 6-dimethyl-2H-pyrido [3 ' , 4 ' : 4, 5] pyrrolo [2, 3- 

g] isoquinoline, 

N' - (6, ll-dimethyl-5H-pyrido [3 ' , 4 ' : 4, 5] pyrrolo [2, 3-g] isoquinolin- 
lO-yl) -N, N-dimethyl-propane-1, 3-diamine, 

N, N-dimethyl-N ' - ( 6-methyl-5H-pyrido [ 3 ' , 4 ' : 4 , 5 ] pyrrolo [2,3- 

g] isoquinolin-lO-yl) -propane-1, 3-diamine, 

N-ethyl-N- [3- (6-methyl-5H-pyrido [3 ' , 4 ' : 4, 5] pyrrolo [2, 3- 

g] isoquinolin-lO-ylamino) -propyl] -succinamic acid, 

2-{ (2-hydroxy-ethyl) - [3- (6-methyl-5H- 

pyrido [ 3 ' , 4 ' : 4 , 5 ] pyrrolo [2 , 3-g] i soquino 1 in- 10-ylami no } propyl] - 
amino-ethanol, 

N,N-diethyl-N' - ( 6-methyl-5H-pyrido [ 3 ' , 4 ' : 4, 5] pyrrolo [2, 3- 
g] isoquinolin-lO-yl) -ethane-1, 2-diamine, 

N- ( 6-methyl-5H-pyrido [3 ' , 4 ' : 4, 5] pyrrolo [2, 3-g] isoquinolin-10- 
yl) -propane-1, 3-diamine, 

N-3- (5, 6-dimethyl-5H-pyrido [3',4':4,5]pyrrolo[2,3-g]isoquinolin- 
10-yl) -N, N-l-diethyl-butane-1, 3-diamine, 

N- ( 6, ll-dimethyl-5H-pyrido [ 3 ' , 4 ' : 4, 5] pyrrolo [2 , 3-g] i soquino lin- 
10-yl) -N' -ethyl-propane-1, 3-diamine, 

N' - (5) 6-dimethyl-5H-pyrido [ 3 ' , 4 ' : 4, 5] pyrrolo [2, 3-g] isoquinolin- 
11 
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10-yl) -N, N-dimethyl-propane-1, 3-diamine, 

N- (5, 6-dimethyl-5H-pyrido [3 ' , 4 ' : 4 , 5] pyrrolo [2, 3-g] isoquinolin- 
10-yl) -N' -ethyl-propane-1, 3-diamine, 
(3-imidazol-l-yl-propyl) - (6-methyl-5H- 

pyrido [ 3 ' , 4 ' : 4, 5] pyrrolo [2, 3-g] isoquinolin- 10-yl) -amine, 
N-N-diethyl-N ' - ( 6-methyl-5H-pyrido [ 3 ' , 4 ' : 4 , 5 ] pyrrolo [2,3- 
g] isoquinolin-lO-yl) -propane-1, 3-diamine, 
N-1,N-10-Bis- (3-diethylamino-propyl) -3, 6-dimethyl-5H- 
pyrido [ 3 ' , 4 ' : 4, 5] pyrrolo [2, 3-g] isoquinoline-1, 10 -diamine, 
N,N-dimethyl-N' - (10 , 11-dimethyl-lOH-pyrido [ 3 ' 4 ' : 4 , 5 ] pyrrolo [ 3 , 2 - 
g] quinoline) 4-yl-propane-l , 3-diamine, 

N,N-diethyl-N' - (10, 11-dimethyl-lOH-pyrido [ 3 ' 4 ' : 4, 5 ] pyrrolo [ 3 , 2- 
] quinoline) -4-yl-propane-l, 3-diamine, 

N,N-diethyl-N'- (ll-methyl-10H-pyrido[3' , 4' : 4 , 5 ] pyrrolo [ 3 , 2- 
g] quinoline) -4-yl-propane-l, 3-diamine, 

N,N-dimethyl-N' - (11-methyl-lOH-pyrido [3 ' , 4 ' : 4, 5] pyrrolo [3,2- 
g] quinoline) -4-yl-propane-l, 3-diamine, 

N- (5, 6-dimethyl-5H-pyrido [3 ' , 4 ' : 4, 5]pyrrolo [2, 3-g] isoquinolin- 
10-yl) -N ' -ethyl-propane-1, 3-diamine, and 

6-methyl-5H-pyrido [3 ' , 4 ' : 4, 5] pyrrolo [2, 3-g] isoquinolin-lO-yl- 
amine . 

8. (cancelled) 

9. (currently amended) The method of claim 1, wherein 
said compound is selected from a group consisting of: 



lO-chloro-2, 6-dimethyl-2H-pyrido [3 ' , 4 ' : 4, 5] pyrrolo [2,3- 
g] isoqumolme. 
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9 T>0^"r , ..y . . . Vt-OXy 5 i, T*~^=^y^'4rfie+4T^^ 



j j-.im.iaagoi. ■■■ i -yl-prcpy.!. j — 9 -me ■ :. h o x y - 5 - tn e t h y 1 - 6 H -py±4^te-r^rr^ 

-^-^-^-f oxy rp■5.^/l ;^yij,doM,j L]cQ:LOa£.ol 1 yl) {2r^r-&r^ 

— O ' p^ -' i . 1^ . . OTmfr , 

N-ethyl-N- [3- ( 6-methyl-5H-pyrido [ 3 ' , 4 ' : 4, 5] pyrrole [2,3- 
g] isoquinolin-lO-ylammo) -propyl] -succmamic acid, 

- -L^y■:■ 1 .J -retnyj. obLvlcrpi.io. 6-1 pyrido[4,3 h] ca:^&et^^ir~- 

N,N-diethyl-N'- (6-methyl-5H-pyrido [3 ' , 4 ' : 4, 5] pyrrolo [2, 3- 
g] isoquinolin-lO-yl) -ethane-1, 2-diamine, 

■ir - (3-dicthyla!Tiino-propyiainino) -5, ll-dimcthyl-5K-pyrido [^j, 3- 
te-feegfe,ege 1 - 1 -y 1 ) -ct ho no -1,2 -dlan-d.nG , 

N ' - (5, 6-dimethyl-5H-pyrido [3 ' , 4 ' : 4, 5] pyrrolo [2, 3-g] isoquinolin- 
lO-yl) -N, N-dimethyl-propane-1, 3-diamine, 

r , s^.-iiTo-p-* o^.Y^an^r'n j -tiot n y i - ^ i d o [ 4 , ^ - 



N,N-diethyl-N ' - ( 6-methyl-5H-pyrido [ 3 ' , 4 ' : 4 , 5 ] pyrrolo [ 2 , 3- 
g] isoqumoline-lO-yl) -propane-1, 3-diamine, 
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[ p .... ;^mt] ' Oyy-10- . Tet"v ■ — . ■ ^ , -]-^en/o [g ■ o^^^ ■ d'^ ■ y -i^f^h-re^ - 

■'i;»-i-a!fti-*Hv+-~t^-ree-'i?'i-f— N--^Etet-*i-v-±-~t^-^^^^ and 

6-methyl-5H-pyrido [3 ' , 4 ' : 4, 5] pyrrolo [2, 3-g] isoquinolin-lO-yl- 
amine . 

10. (previously presented) The method of claim 1, wherein 
said splicing process is either constitutive or dependent on 
ESE, ISE, ESS or ISS regulatory sequences. 

11. (previously presented) The method of claim 10, 
wherein said splicing process is either constitutive or 
dependent on ESE regulatory sequences. 

Claims 12-14 (cancelled) 

15. (previously presented) The method of claim 1, 
wherein said medicine further comprises an excipient . 

16. (previously presented) The method of claim 15, 
wherein said medicine is in a solid or liquid form. . 

17. (previously presented) 1 O-chloro-2 , 6-dimethyl-2H- 
pyrido [3', 4' :4,5]pyrrolo[2,3-g] isoquinoline . 

Claims 18 and 19 (cancelled) 

20. (previously presented) N-ethyl-N- [ 3- ( 6-methyl-5H- 
pyrido [ 3 ' , 4 ' : 4 , 5 ] pyrrolo [2, 3-g] isoquinolin-lO-ylamino) -propyl] - 
succinamic acid. 



Claims 21-25 (cancelled) 
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26. (currently amended) A medicine comprising a compound 
as in any one of claims 4-?--t-e--2--5 1 7 and 20 . 

27. (previously presented) A medicine comprising any one 
of the compounds of claim 5 . 

Claims 28 and 29 (cancelled) 
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